Periodontal destruction in this syndrome results in the loss of most of the deciduous teeth by the age of 4 years. With the eruption of the permanent dentition the process is repeated. Permanent hypodontia as seen in this case has never been described in association with the Papillon LeFevre syndrome and may be due to another genetic abnormality.
Comment
The patient was referred to Professor G B Winter, Eastman Dental Hospital, regarding the oral changes and he made the diagnosis of the Papillon LeFevre syndrome. This child has the features of this rare condition of hyperkeratosis of the palms and soles associated with periodontosis. Her parents are first cousins, as is often the case (Gorlin et al. 1964 Fasting serum cholesterol 234, low density lipoproteins 470, and triglycerides 129 mg/100 ml, all normal values. Fasting lipoprotein electrophoretic strip normal. X-rays of skull, chest, femora and humeri normal. Electrocardiograph normal. Urine specific gravity 1.020; he was able to concentrate his urine after 10i hours of water deprivation from an osmolality of 827 to 909 mosmol/kg (normal). The histology (Fig 3) of one of the skin lesions was reported (Dr A Jarrett) as showing numerous foamy histiocytes and giant cells in the most superficial dermis. There were also a number of plasma cells and histiocytes mainly around blood vessels. The patient has normolipxmic mucocutaneous xanthomatosis. This is thought to be due to a granulomatous histiocytic proliferation with secondary lipid accumulation (Altman & Winkelmann 1962). Upper respiratory tract involvement is common and although the patient has no symptoms he does have some evidence of laryngeal involvement. This is the only serious medical aspect of the disease and death has been reported due to acute asphyxia. Thirty per cent of patients develop diabetes insipidus (thought to be due to xanthomatous involvement of the hypophysis) which is generally mild, regresses spontaneously and with a specific gravity of urine often greater than 1.003. There was no evidence of diabetes insipidus in this patient. The prognosis of the condition is good and the lesions should disappear spontaneously but the process may take many years.
The young man was very disturbed by the appearance of the lesions, particularly those around his eyes. He was seen by a plastic surgeon who felt that there would be a technical problem in that if the upper eyelid were replaced the graft could not extend right to the lid margin and the patient would inevitably be left with a very obvious yellow line above his eyelashes which would be a very bizarre deformity. We therefore intend to cauterize gradually all the lesions around the eyes. Dr M Feiwel: About one and a half years ago a male patient had an illness characterized by fever, loss of weight, lethargy, arthralgia, photophobia and a rash. He was admitted to the Royal Masonic Hospital where the eye condition was diagnosed as episcleritis, conjunctivitis and iritis. There was hepatomegaly, a high ESR, abnormal liver function tests and dysglobulinemia. However, his condition improved without specific treatment. A few weeks later he developed a widespread nodular eruption of xanthoma disseminatum.
It seems likely the patient had a virus infection and the time interval between his illness and onset of xanthomatosis suggests the latter may have been a response to the virnmia or, more likely, to circulating soluble viral immune complexes.
One may speculate that, rarely, in the course of macrophage processing ofviral imnune complexes this particular benign, but persistent, histocytic granuloma containing a few foam cells is evoked.
Dr Julia Ellis: The papular facial lesions of a patient with xanthoma disseminatum whom I showed to this Section for Dr Gold in November 1970 have since been treated by ball diathermy with a good cosmetic result and I suggest that this patient's papular lesions are treated by this method, while the macular lesions on the upper eyelids might respond to local application of saturated trichloracetic acid as used in the treatment ofxanthelasma. Dr P Samman: I had one severe case not greatly different from this patient who was treated by a plastic surgeon with very good results. However, one felt that during a very short period of observation (the patient had come from overseas) there was a tendency to relapse.
The following cases were also presented: 
